Acquired idiopathic generalized anhidrosis (AIGA) has an acute or insidious onset without additional symptoms. There may be eccrine gland dysfunction, and the beneficial effects of corticosteroids lend support to an autoimmune etiology.
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1,2 Lymphocytic infundibuloneurohypophysitis (LIN) is an inflammatory disorder that can result in central diabetes insipidus (DI); histologic findings showing infiltration of lymphocytes suggest an autoimmune etiology. 3 We describe a case of AIGA associated with LIN. Case report. A 25-year-old man was in good health until December 1999, when he noticed a cutaneous eruption with itching in the trunk and arms after physical exercise or exposure to a hot environment, accompanied by generalized anhidrosis. He also experienced frequent thirst and increased fluid consumption. There was no history of syncope, impotence, or urinary symptoms. On his first admission in July 2001, general physical examination revealed normal findings except for dry skin. On neurologic examination, pupils were equal and reacted to light well. Muscle strength, tone, and muscle stretch reflexes were normal in all extremities. Sensory system was intact. The patient's blood pressure was 135/80 mm Hg in the supine position and 138/84 mm Hg at 70°of head-up tilt. The coefficient of variation of R-R intervals was within normal limits. A thermoregulatory sweat test showed generalized anhidrosis, apart from slight sweating in the ventral forearms and distal lower extremities, and moderate sweating in the face, neck, and axilla. In addition, 1-to 3-mm transitory papules, seen in patients with cholinergic urticaria, were scattered over the trunk and arms. Sympathetic sweat responses, 4 reflecting so-called emotional sweating, on the hand were preserved. However, intradermal injection of acetylcholine (0.01%, 0.05 mL) did not elicit sweating in anhidrotic areas. Histopathologic examination of skin samples from these sites disclosed normal eccrine glands with no inflammatory change. Serum biochemistry, blood count, and levels of serum immunoglobulin (Ig) G, IgA, IgM, and IgE were all normal, and antinuclear antibody test was negative. The patient was treated with IV methylprednisolone (1 g daily for 3 days) in two courses separated by a 1-week interval, followed by oral prednisolone (30 mg daily). After initiation of treatment, sweating gradually increased.
In March 2002, when oral prednisolone was tapered to 6 mg daily, the patient noticed a worsening of polydipsia and polyuria. He was admitted to our hospital again in July 2002. Physical examination revealed normal findings except for slightly dry skin. His 24-hour urine output was 7 to 10 L/d. Blood tests, including electrolytes and anterior pituitary hormone levels (growth hormone, adrenocorticotropic hormone, prolactin, luteinizing hormone, follicle-stimulating hormone, and thyroid-stimulating hormone), were normal. Urinary and plasma osmolarity were 65 and 278 mOsm/kg with oral free intake. The baseline level of plasma antidiuretic hormone (ADH) was 0.7 pg/mL (normal range, 0.3 to 3.5 pg/mL). During the water deprivation test, urinary osmolarity was persistently low (urine, 145 mOsm/kg; plasma, 289 mOsm/kg), and the plasma ADH level did not increase (0.9 pg/mL). Subcutaneous injection of pitressin led to increase of urinary osmolarity (315 mOsm/kg). MRI showed thickening of the pituitary stalk, lack of high-intensity signal of the neurohypophysis, and normal anterior pituitary on a plain T1-weighted images. Gadolinium-enhanced T1-weighted images showed high signal intensity of the pituitary stalk and pituitary (figure).
Discussion. AIGA occurs most frequently in young male patients and is clinically characterized by generalized hypohidrosis/ anhidrosis, in which sweat production is lacking in response to a thermal or pharmacologic stimulus. Cholinergic urticaria occurs. 2, 5 On skin biopsy, some patients show morphologic abnormality of the eccrine glands, including a decreased number, cellular infiltration, and destruction, whereas others have normal findings. 2, 5 The clinical findings in our patient were characteristic of AIGA. Our patient also had central DI with thickening of the pituitary stalk, suggesting LIN. 3 Two cases of AIGA and central DI have been reported, 6 ,7 but they did not show thickening of the pituitary stalks. However, MRI was examined 10 years after onset of DI in one case, 6 and onset of DI was unidentified in the other. 7 Although thickening of the pituitary stalk is an important finding in diagnosing LIN, it may spontaneously disappear within several years of onset.
3 AIGA is a rare disease. 2, 5 Although three reported AIGA cases with DI, including our case, indicate a relatively high incidence of DI in AIGA patients, our case associates AIGA with LIN, both of which are likely autoimmune diseases. 
